INTRODUCTION
Huntington disease, due to an autosomal dominant gene, is characterised by cognitive dysfunction, psychiatric disturbance and movement disorder. (The term Huntington disease is now preferred to the possessive Huntington's disease). The gene has been localised on chromosome 4, and affected patients have a trinucleotide repeat expansion 1 of their IT15 gene 2. The prevalence of Huntington disease has been extensively studied in the United Kingdom (Table  1) , and is between 4 and 10 per 100,000 3. In Northern Ireland the prevalence rate is 6.3 per 100,000 4' . There is no prevalence data available for the Republic of Ireland. County Donegal was historically part of the province of Ulster, and, until the partition of Ireland, had closer population links with Northern Ireland than with the rest of Ireland 6. We have investigated Huntington disease in County Donegal with the aims of ascertaining all living and deceased individuals with the disease, of estimating trends in prevalence rates, and of establishing a genetic register of affected and 'at risk' individuals to ensure that long term support and advice is available to families.
METHODS
The index Huntington disease patients were identified using multiple sources Estimates of prevalence rates per 100,000 population were made for 1961, 1971, 1981 and 1991, using the dates of the decennial census in Ireland. The prevalence rate was estimated using the formula P = X/Y x 100,000 where X = number of affected living Huntington disease patients, and Y = the total population (obtained from the Central Statistics Office, Dublin). County Donegal is mainly a farming community with no major industries. Over the last five decades, the population has decreased, mainly due to emigration of employable members ofthe population seeking employment outside the county. The birth rate also has decreased as younger people move away. The ages of onset and diagnosis are similar to other published studies 3' . The age of death is slightly lower. Only one patient with juvenile Huntington disease has been identified, with an age of onset of 10 years, diagnosis at 14 years, and death at 21 years. Only one patient had an onset over 50 years of age. The trend for the Huntington disease prevalence rate to decline is likely to continue. In 1993, only one patient with the disease was living in County Donegal, and few 'at risk' patients remain. Population studies in Wales 8over a 30 year period show a gradual downward trend in the prevalence of Huntington disease. The downward trend in our survey has been more rapid due to emigration of 'at risk' patients, and a reduction in size of the families compared to previous generations. This study, involving a small area, illustrates how random genetic drift in more isolated populations has a more extreme effect on the prevalence of the disease than in a larger population area. The very high concentration of Huntington disease in the Moray Firth area in Scotland 9 shows the opposite effect, with genetic isolation causing a very high-prevalence rate, (Table 11 ).
